Purpura Annularis Telangiectodes (Majocchi) and Progressive Pigmentary Dermatosis (Schamberg)1 Clinical and Histopathologic Features; Differential Diagnosis by Wise, Fred
PURPTJRA ANNTJLARIS TELANGIECTODES (MAJOCCHI) AND PRO-
GRESSIVE PIGMENTARY DERMATOSIS (SCHAMBERG)'
CLINICAL AND HISTOPATHOLOGIC FEATURES; DIFFERENTIAL DIAGNOSiS
FRED WISE, M.D.
New York, N. Y.
(Received for publication June 9, 1942)
INTRODUCTION
The topic of this address was suggested to me by one of our members, Dr.
Peck, whose interest in purpuric eruptions is attested by his several original con-
tributions on diverse aspects of hemorrhagic dermatoses.
Although I am aware that a review of the clinical and histopathologic features
of Majocchi's disease and Schamberg's disease is not a pressing problem, and that
many such reviews have been written, it nevertheless remains a subject of con-
siderable interest to the dermatologist as well as the internist.
A significant fact that emerges from one's personal experience and from a
perusal of the literature—and more especially from that portion of reading-
matter which has to do with presentations, before our dermatologic societies, of
patients with purpuric and pigmented eruptions—is the uncertainty and con-
fusion implicit in the study of the hemorrhagic-pigmentary group of dermatoses.
Differential diagnosis almost always is discussed at great length; individual diag-
nostic elements are pieced together from this or that publication or ease-presenta-
tion; not only the clinical, but even the histologic features are sometimes adjusted
to fit a preconceived pattern. The diagnosis of many eruptions is not based on
reasonable deductions.
While these criticisms apply mainly to Majocchi's disease and Schamberg's
disease, they may justly be directed, in smaller measure, to other essentially
vascular dermatoses, such as the hypostatic or stasis dermatoses of the legs,
angioma serpiginosum, purpuric lichenoid dermatoses, and the more common
varieties of purpura. It cannot be denied that occasionally even the expert is
puzzled when confronted with obscure and ill-defined eruptions characterized by
telangiectasia, hemorrhage, pigmentation and, at times, also atrophy of the skin.
However, reduced to simple terms, I contend that by dragging into the con-
troversy such unrelated eruptions as for example, angioma serpiginosum, pig-
mented and purpuric lichenoid dermatosis, and stasis dermatoses of the legs, con-
fusion is made worse by a needlessly involved procedure.
In support of the foregoing remarks, I need cite only one example. I recall a
case demonstrated several years ago before one of our dermatologic societies as an
instance of Majocehi's disease. In the discussion, at least three other diagnoses
1 Presidential Address; read at the Fifth Annual Meeting of The Society for Investigative
Dermatology, Atlantic City, N. J., June 9, 1942.
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were suggested; namely, granuloma annulare, porokeratosis and atrophic lichen
planus. Surprisingly, in this instance, Schamberg's disease went unheeded.
Since the publication of MacKee's comprehensive article on Majoechi's disease
in 1915, in which he reported the first ease of its kind in this country, many pa-
tients have been demonstrated before dermatologic societies with the diagnosis of
purpura annularis telangiectodes. The overwhelming majority seldom evoked a
unanimity of agreement as to diagnosis, even when the clinical picture was sup-
plemented with histologic sections. In this country, most of the headings in our
transactions arc accompanied by question marks—both actual and implied—or
the patients are at best presented with a tentative diagnosis. Among British
dermatologists, the differentiation between Majocchi's and Schamberg's diseases
seem to he fairly well established. On the other hand, the German and Austrian
dermatologists, with few exceptions,' regard the two diseases as identical, both
clinically and histopathologically. The chief exponent of the latter viewpoint is
Gottron, director of the Breslau clinic. In the long and to me rather confusing
monograph, (published in the Archiv fur Dermatolgie und Syphilis in 1930) his
views on the subject are expounded in great detail. Stripped of excessive verbi-
age, it becomes apparent that he is convinced that the British and American cases
reported as Schamberg's disease are almost without exception instances of Majoc-
chi's disease; that is, in effect, he does not believe in the existence of Schamberg's
disease. He asserts, moreover, that the histologic changes in both are identical.
Although there can be no quibbling with the fact that Gottron's experience with
Majocchi's disease is remarkable, (he claims to have observed 116 cases within a
period of five years in Arndt's clinic), I feel that he errs on the side of extremism.
How many of his 116 cases were possibly Schamberg's disease or some other forms
of hemorrhagic-pigmentary dermatoses? In the German language literature,
Majocchi's disease is frequently encountered while Schambcrg's is seldom men-
tioned as an established separate entity.
CLINICAL FEATURES OF MAJoccIn's DI5EA5E
The clinical features of purpura annularis telangiectodes have been so thor-
oughly and minutely described in MacKee's article in the Journal of Cutaneous
Diseases, that it would serve no useful purpose to recount them here. I commend
MacKee's paper to your attention. A brief composite picture portrays the sites
of predilection on the upper and lower extremities, and the gluteal and lumbar
regions; but any portion of the integument may be affected. The eruption begins
in the form of punctate capillary ectasias and hemorrhages. Diascopic pressure
effects only a partial blanching of the lesions. In the earliest stages, the color of
the lesions is bright red, gradually assuming a darker red tint, at times distinctly
rust-colored. The individual lesions may be linear, macular, stellate or ser-
pentine; in well developed eruptions, annular lesions are conspicuous; these vary
in size, ranging from the diameter of a lentil to that of a dime. The annular
lesions should not be regarded as a diagnostic criterion, because some eruptions
arc entirely devoid of ringed lesions, as Majocchi himself pointed out in one of his
later publications. This point has been stressed by most writers and frequently
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FIG. 1. Majocchi's Disease (From Nekam, Corpus Iconum Morborum Cutaneorum
Vol. III, 1938, p. 878).
FIG. 2. Clinical photo "Schamberg's Disease"
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interjects itself in differential diagnosis. Hyperpigmentation, varying in color
from light to dark brown, often appears as a halo around the ringed lesions, or
may appear in the form of scattered and irregular spots, independent of the
clinically visible vascular lesions. In the later stages of development, atrophic
changes become apparent; their extent and degree vary greatly in the same and in
different eruptions; or they may be altogether lacking. Alopecia in the affected
areas is frequently noted.
The rather abrupt formation of capillary ectasias occurs without prodromal
symptoms, usually appearing in showers. The dilated capillaries undergo evolu-
tional changes; some remain as such, others become thrombosed and obliterated;
some of them rupture, resulting in extravasation of blood in the surrounding tis-
sues. In the incipient, and sometimes also in later stages, hemorrhage occurs
around the hair-follicles, and may persist throughout the course of the eruption.
There is always an absence of palpable infiltration. The millet-seed to pin-head
sized red macules enlarge peripherally and merge with one another, forming fiat
lesions. Very often, but not in all cases, the central portion undergoes spon-
taneous involution, to be succeeded, in some cases, by a necrotic process, or scar
formation, or atrophy. This may produce more or less well-defined ringed
lesions, or gyrate telangiectatic lines, or both. Three stages of evolution are
clinically apparent; 1, the telangiectatic, 2, the bemorrhagic-pigmentary, 3, the
atrophic. As a rule, the eruption is bilateral and symmetrical. There may be
only one attack, but numerous instances of relapses and remissions have been
recorded.
Subjectively, the patient may complain of moderate pruritus, or itching may
be absent. Many constitutional affections have been reported in association
with the eruption. Among these may be mentioned cardiovascular disease,
various disturbances of circulation, diabetes, hemochromatosis, arthralgias,
tuberculosis, syphilis, gonorrhoea, toxic manifestations from ingestion of drugs,
infection of the tonsils and nasal sinuses and allergic respiratory affections.
PATHOGENESIS
The modern concept of the pathogencsis of Majocchi's disease links it with
vasomotor dysfunctions, at first unaccompanied by inflammatory manifestations.
The latter appear only in the later stages, in the form of small round cell infiltra-
tions surrounding the blood vessles. Hyaline degeneration of the walls of the
blood vessels and obliterating endarteritis are encountered in some sections of
tissue, especially those obtained from older lesions. The outstanding feature ap-
pears to be a defect in the walls of the blood vessels, leading to hemorrhage. This
has been interpreted in terms of vascular insufficiency, characterized by a peculiar
reaction of the blood vessels to various toxic agents, and associated with disturb-
ances of the circulation.
HI5TOLOGY OF MAJoccm's DISEA5E
The epidermis shows no pronounced deviation from the normal.
Just beneath the epidermis and within the subpapillary zone, the blood vessels
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FIG. 3. Majocchi's Disease (Section 2445. Mag. X 400. Van Gieson stain). Showing
telangiectasiae of papillary and subpapillary blood vessels; dilatation of perivascular
lymph spaces. Sparse small cell infiltration.
FIG. 4. Majocchi's Disease (Section II, Mag. X 235. Hematoxylin and eosin). Gen-
eral view, showing dilated vessels in all portions of the cutis; hyaline degeneration of all
vessels.
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FIG. 5. Majocchi's Disease (Section II. Mag. )< 650.) Showing disorganization of
vessel walls; hyaline degeneration of medium sized vessel in the mld-cutls.
FIG. 6. Majocchi's Disease (Section 2485—2. Mag. X 200). General view, showing
dilated vessels; cellular infiltration; hyahne degeneration of vessels; aneurysmal saccula-
tion of blood vessels.
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are dilated and telangiectatic. In some sections, those surrounding the follicles
are more abundant than elsewhere. The Vessels show a Varying degree of dilata-
tion and engorgement, some with neighboring clumps of blood cells. The lymph
channels of the cutis and subuctis are dilated.
In sections from older lesions (representing livid red spots clinically) the capil-
laries are less abundant, but appear to be more telangiectatic and dilated; some of
these show aneurysmal distortions. Iron pigment granules are noted in the
blood detritus. Some of these granules are scattered throughout the subcutis, as
a result of diapedesis or seepage of fluid, appearing independently of erythrocytes.
FIG. 7. Majoechi's Disease (Section 2485—2. Mag. >< 600). Showing sacculation and
disorganization of vascular wall; diffuse cellular infiltration.
Ruptured capillaries with adjacent hemorrhage may be observed irregularly
scattered throughout the upper portion of the cutis.
In the regressive stage, the appearance of melanin pigment follows the in-
flammatory process.
Perivascular inflammatory changes are evidenced by small cell infiltrations
which are most abundant around the widely dilated vessels, but occur also
between the strands of connective tissue.
In old lesions, the mid-portion may show some thickening of the connective
tissue, an absence of infiltrations, with cicatricial and atrophic changes; the
epidermis is attenuated. The blood vessels undergo an obliterating endarteritis;
hyaline degeneration may appear early in the process and may involve all of the
vessels in the cutis.
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The elastic tissue surrounding the blood vessels in the subepidermal zone may
be greatly diminished or destroyed.
CLINICAL FEATURES OF SCHAMBERG'S "PECULIAR PROGRESSIVE HGMENTARY
DERMATOSIS"
The clinical manifestations of Schamberg's disease are variable; they are in-
fluenced by their location and duration. The eruption is characterized chiefly
by hyperpigmentation appearing most often on the legs, in spots of varying size.
The borders of these spots are studded with red puncta which do not fade on
diascopic pressure. In most patients the eruption is unilateral, but it may be
bilaterial and rarely affects both upper and lower extremities and the trunk.
It may persist over a period of years and gradually undergo spontaneous in-
volution. It affects chiefly males, in older children and adults. Schamberg's
description of "pinhead sized reddish punctae blending to form patches with new
punctae at the periphery" is applicable to the great majority of cases.
The primary lesion is a red puncta which is devoid of pigment in its early
stages, and resembles a cayenne pepper granule. With the aid of the capillary
microscope, fine dilated capillaries are, in some cases, discernible at the border of
the lesions, but aneurysmal rupture of capillaries is not encountered. The le-
sions increase by peripheral extension, or form larger areas by merging with each
other. They then exhibit areas of light to dark brown color with irregular
borders; in the earlier lesions, a reddish-brown tint may be observed. In older
lesions, the color may be a mixture of deep brown and rusty-red, or a siena-brown
tint may predominate. At times, the interior of these irregularly outlined
patches shows varying grades of atrophy and a moderate grade of infiltration,
but there is an absence of papular elements. Annular formations and serpentine
capillary formations do not occur. Lichenification and desquamation, so often
observed in many chronic dermatoses of the lower extremities, are secondary
manifestations. In a large proportion of patients hypercholesterinemia has been
found, but the majority of patients appear to be in good health. There is no
relationship between Schamberg's disease and varicose veins.
PATHOGENESIS
The pathogenesis is unknown. To the best of my knowledge, no new facts
have been brought to light since Schamberg's original publication in 1901.
Quoting from Kingery's article, "The circumscribed capillary proliferation sug-
gests a local angiectatic process through which the circulation is impeded, this in
turn giving rise to a diapedesis of red cells, followed by their disintegration in the
surrounding tissue, and resulting in a pigmentation limited by the extent to which
the capillary proliferation progresses. What etiologic factor activates this
localized capillary change is not clear."
HISTOLOGY OF SCHAMEERG'S DISEASE
The changes in the epidermis are variable. The epidermis may be normal
in appearance, or there may be varying degrees of parakeratosis, hyperkeratosis,
5—
7T- 4
'.1. -
-5'.-
-41.
•':' •?'i . .5fl .t ' •5;-
.:tr1F- :.-fl
r' J- s t- r:'ta r. - - - -. i4 a -a' — — — . -:
-
a", -' -
-
-f" •—-..r°:' ;.-7I
- -*
. a-.
PROGRESSIVE PIGMENTARY DERMATOSIS 161
FIG. 8. Schamberg's Disease (Section 8402—7 Mag. X 375. ilematoxylin and eosin).
Early changes, showing dilated vessels in the subpapillary zone, dilatation of the pen-
vascular lymph spaces and sparse, small round cell infiltration.
FIG. 9. Schamherg's Disease (Section 9928—12. Mag. X 175. Hematoxylin and cosin).
General view, process further advanced than preceding section 8402—7. Showing focal
reaction in subepidermal zone, swelling of papillary bodies.
FIG. 10. Schamberg's Disease (Section 8928-42. Mag. X 375. Hematoxylin and eosin).
Showing dilatation of vessels; focal and diffuse small round cell infiltration; a moderate,
superficial exudative inflammatory process.
FIG. 11. Schamberg's Disease (Section 4280. Mag. X 300. Hematoxylin and eosin).
Showing fully developed stage, but absence of hemorrhage and of pigment. Dilatation
of blood and lymph vessels; diffuse small round cell infiltration; edema of upper portion
of cutis. No infiltration into the epidermis.
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flattening of the papillae, with partial disorganization of the cellular elements.
Minute collections of melanin granules are sometimes seen within the basal cells.
The upper zones of the cutis contain cellular infiltrates appearing in groups and
band forms. These occur directly beneath the epidermis, as well as in the papil-
lary and subpapillary layers. As a rule, the infiltrates occur chiefly in the upper
zone of the cutis, but sometimes they extend deeper down into the subcutis.
Some of them are more pronounced around the vessels of the coil glands, sebace-
ous glands and follicles.
The infiltrating cells are comprised largely of small round connective tissue
cells, large connective tissue monocytes and polymorphonuclear leukocytes.
FIG. 12. Schamberg's Disease (Section 4280. Mag. X 350. Hematoxylin and eosin).
Fully developed stage as in preceding section; showing process extending up to and into
the epidermis; exudative inflammatory process.
Some of these contain pigment granules showing a positive iron reaction to the
Perl stain.
The blood vessels and lymph channels are dilated. Newly formed capillaries,
some engorged with blood, together with a proliferating endarteritis, are noted
throughout the upper zone of the cutis. Some vessels show proliferation of the
intima, chiefly in the subpapillary zone, and are accompanied by minute hemor-
rhages, with extravasation of blood and amorphous blood elements.
The elastic and collagenous tissues appear to be unchanged in young lesions.
In older lesions, there may be a disorganization of the elastica, especially in the
areas of cellular infiltration, finally resulting in reduction of the collagenous tissue
and rarefaction of the elastica.
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The pigmentation is a late and secondary manifestation and may result from
either deposits of hemosiderin in the eutis or from increase of melanin in the
epidermis, or from both combined. The hemosiderin appears throughout the
section but is most abundant in the subpapillary and the periglandular zones.
It may appear in the form of fine granules, free or intracellular (chromatophores).
When there is an increase in the melanin, it is usually intracellular, or may
occur in the form of fine granules or dust, between the cells of the lower portion
of the epidermis.
The outstanding features consist of 1, an exudative inflammatory process,
manifested mainly in the upper zones of the cutis, and characterized by dilatation
of the papillary and subpapillary vessels, with an absence of telangiectasiae; 2,
perivascular edema with lymphocytic series cellular infiltrations, at first focal,
later diffuse. 3, If vascular dilatation (congestion) is 'pronounced, there may be
some diapedesis or seepage of fluid. 4, With the subsidence of the inflammatory
process there occurs a deposit of hemosiderotic granules, appearing at first as a
fine dust, later becoming clumped and taken up by the connective tissue cells,
to become chromatophores.
There is an absence of aneurysmal sacculation, telangiectasiae and hyaline
degeneration of the vascular walls.
In both dcrmatoses, there may be an increase in melanin deposit in the epider-
mis. The moccasin-venom test for capillary fragility,2 devised by Dr. Peck, was
negative in two patients with Schamberg's disease, at the Skin and Cancer Unit.
I have not had the opportunity to test a case of Majocchi's disease, but in the
patient of Dr. Ebert of Chicago, the test was positive on the thigh and negative
on the forearm.
DIFFERENTIAL DIAGNOSIS
The foregoing brief descriptions serve to illustrate the outstanding clinical and
histologic aspects of the two dermatoses. A condensed summary indicates the
following distinctive points of differentiation: In Schamberg's disease the dom-
inant clinical feature consists of hyperpigmented, reddish-brown to dark brown
patches of skin with peripheral zones of cayenne-pepper like punctae. These
patches may be single or multiple, small or large, usually affect the lower third
of the legs, and the ankles and feet, and are most often encountered in adolescent
and adult males. The eruption is insidious and may progress for many months
2 Dr. B. P. Persky, of Cleveland, Ohio, has written to me as follows:
"I have performed a venom test on the patient with Majocchi's disease, using 0.5 cc.
of 1:3000 Moccasin venom. There was no objective evidence of purpura, either at the
diseased area or at a distant non-affected part. It is important to note that by the time
the test was done, the lesion had almost completely disappeared following five weekly
exposures to seventy-five Roentgens of unfiltered X-ray.
"It is also worth while noting that in the area which was diseased, the material was
absorbed within two minutes. No wheal with pseudopods developed following injection,
whereas, in the non-affected distant area, there was a definite wheal with pseudopods
which remained for one-half hour after the injection.
"I am of the opinion that the difforence in reaction might be due to an increased absorp-
tion bed, the result of the telangiectasia existing even in areas where the disease has retro-
gressed."
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or years. Spontaneous regression occasionally takes place. Relapses and
abrupt exacerbations do not occur. There is an absence of telangiectasiae and
of annular formations. While the majority of patients appear to be in good
health, hypercholesterinemia has been recorded in some of them. The eruption
seems to be caused by a localized impairment of the peripheral circulation in the
affected sites.
The chief histologic changes consist of an exudative inflammatory process
which is most pronounced in the upper zones of the cutis; perivascular focal and
diffuse cellular infiltrations; diapedesis of red blood cells; deposits of hemosid-
erotic granules. There is absence of telangiectasiae, aneurysmal sacculation and
hyaline degeneration of the vascular walls.
In Majocchi's disease the dominant clinical feature consists of telangiectasiae
and punctate lesions resembling petechiae. In the classical eruption, vascular
annular lesions are conspicuous. Hyperpigmentation is a later manifestation.
The sites of predilection are the lower extremities, but any part of the body may
be involved. Spontaneous regression, remissions and exacerbations have been
frequently recorded. The eruption occurs in the young and old of both sexes,
and may be associated with serious impairment of the patient's health. A toxic
process affecting the walls of the blood• vessels is generally thought to be the
cause of the dermatosis.
Histologically, the eruption is characterized by engorgement and dilatation
of the small vessels; by numerous telangiectatic vessels accompanied by deposits
of blood pigment, and by perivascular small cell infiltrations. In later stages,
the blood vessels undergo an obliterating endarteritis; aneurysmal sacculation
and hyaline degeneration of the vascular walls are frequently observed. In
most seètions there is little evidence of hemorrhage; this is explained by an
observation made by Unna, to the effect that engorged and dilated superficial
capillary loops often simulate petechiae.
SUMMARY AND CONCLUSiONS
Schamberg's progressive pigmentary dermatosis and Majocchi's purpura
annularis telangiectodes are two different clinical as well as different histologic
entities.
The chief bond of relationship between the two dermatoses is their dependence
on impairment of the capillaries of the skin with a concurrent derangement of
circulation.
The two dermatoses are readily differentiated by virtue of their respective
clinical and histologic features.
In many cases, the simple expedient of obtaining a logical history from the
patient suffices to determine some of the distinguishing characters of both
dermatoses.
I am much indebted to Dr. David L. Satenstein and Dr. Wilbert Sachs, of
the Skin and Cancer Unit, New York Post Graduate Hospital, for their collabora-
tion in the interpretation of the microscopic findings and the making of the
photo-micrographs; also to Dr. B. P. Persky, of Cleveland for permission to
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publish the photo-micrographs showing the hyaline degeneration and sacculation
of blood vessels from the sections obtained from his patient with Majocchi's dis-
ease.
I wish, also, to express my thanks to Miss Engs, of the photographic depart-
ment of the Skin and Cancer Unit, for the technical work entailed in the making
of the micro-photographs and reproductions of the clinical pictures.
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